Neuropathies have been described in association with systemic sclerosis':", However, in such cases, where a biopsy has been obtained a vasculitis has never been demonstrated", The demonstration of a vasculitis in cases of mononeuritis multiplex due to other causes is not common', Although this patient has some features suggestive of systemic lupus erythematosus; a positive ANA, arthralgia and proteinuria at present the criteria for this diagnosis are not fulfilled.
Desquamative interstitial pneumonia (DIP) is a form of interstitial pulmonary disease rare in childhood. We report a fatal case.
Case report
A 3-year-old girl was referred with a history of persistent cough, dyspnoea and failure to thrive from 2 months of age. She had numerous previous hospital admissions with 'chest infections' and was noted to have finger clubbing at the age of one year.
On examination she was thin and pale with central cyanosis. Finger clubbing was confirmed. Height was 88 em (3rd centile), weight 9.6 kg « 3rd centile) and skinfold thicknesses «3rd centile. She had a barrel-shaped chest deformity with inspiratory crackles at the right base. Respiratory rate was 36/min at rest. Chest X-ray showed an interstitial pattern with multiple nodules, predominantly basal in distribution, with no differential volume loss. Ventilation/perfusion scan showed matching bilateral changes suggestive of parenchymal disease. Arterial blood gases confirmed hypoxia in air (Pa0 2 40 mmHg) with normal pH, pC02 and HC0 3 • Functional residual capacity was 118% of predicted measured by the helium dilution technique. Barium swallow, full blood count with differential, sweat test, serum biochemistry, routine liver function tests, autoantibodies, serum immunoglobulins, angiotensin converting enzyme, ciliary function, viral and atypical organism titres and culture, Mantoux test, ECG and echocardiogram were all normal.
Open lung biopsy <Figure 1) showed thickening of alveolar walls by a diffuse interstitial infiltrate of lymphocytes, plasma cells and macrophages with prominent focal lymphoid aggregates. There was marked type II pneumocyte hyperplasia with alveoli containing pneumocytes and macrophages. Alveolar architecture was normal with minimal fibrosis and no evidence of bronchiolitis.
Initial management included administration of oxygen by nasal cannulae and total parenteral nutrition via a central line. with diarrhoea and vomiting, and rotavirus was recovered from the stools. At this time she developed a pneumothorax, necessitating insertion of a chest drain. Methylprednisolone 2 mg/kg/day iv was commenced as the child's general condition was deteriorating, with worsening dyspnoea and hypoxia. Chloroquine 10 mg/kg/day iv was added when there was no clinical improvement 2 weeks later. She was considered for heart-lung transplantation, but as a slight clinical improvement was observed a further week of immunosuppressive treatment was recommended. The following day she suffered a cardio-respiratory arrest, probably secondary to mucus plugging, and resuscitation was unsuccessful.
Discussion
The interstitial pneumonias are a group of diseases of diverse aetiology characterized by pathological changes affecting the pulmonary alveolar interstitial tissues. Various synonyms have been used including cryptogenic fibrosing alveolitis, idiopathic pulmonary fibrosis and Hamman-Rich syndrome. Although Liebow has defined five distinct histological groups', a spectrum of disease activity is now recognized. Although the histological findings in this case were closest to DIP using the Liebow classification, the clinical course was unusually aggressive. DIP is characterized by desquamation of type II alveolar cells and alveolar macrophages into alveoli and bronchioles, but it is uncertain whether these findings represent a distinct disease entity or simply an early stage of 'classical' idiopathic fibrosing alveolitis". There have been approximately 10 reported cases of DIP in childhood up to 19703.The aetiology is unknown although the disease may be present at birth and familial cases have been reported. Spontaneous resolution has been described, and most cases demonstrate at least a partial response to steroids.
Chloroquine was given in this case because of dramatic beneficial effects reported in children with DIP unresponsive to steroids". The mode of action of chloroquine in DIP is uncertain. Circulating immune complexes have been described in this condition, and antimalarials inhibit antibody-antigen complex formation and split immune complexes in vitro", Chloroquine also suppresses lyrnphocyte proliferation and inhibits antigen presentation to lymphocytes by alveolar macrophages". However, it may take up to a month before chloroquine causes any apparent clinical benefit, and sadly this child died very shortly after this form of treatment had been commenced.
Pancreaticoduodenal artery aneurysms are rare and have been reported in association with recurrent pancreatitis!.2. Excision of the aneurysm cured the patients of further pancreatitis. We report a case in which excision of such an aneurysm failed to prevent further attacks of pancreatitis.
Case report
A 58-year-old woman was admitted with a mild attack of acute pancreatitis. No predisposing factor was found on systematic enquiry or on initial investigation with ultrasound. She made an uneventful recovery and was discharged home to await further investigation. Three weeks later she was re-admitted with a further attack of mild pancreatitis. There was no evidence of alcohol ingestion and a repeat ultrasound scan failed to demonstrate gall stones. This second attack settled but while awaiting further investigations she had another attack of abdominal pain with hyperamylasemia. This settled spontaneously only to recur one week later.
CT scanning and endoscopicpancreatography demonstrated a normal pancreatic duct system with mild oedematous swelling of the pancreas. Within the capsule of the pancreas in the region of the pancreatic neck there was a calcified ring shadow, consistent with a vascular aneurysm. Selective arteriography confirmed the presence of an aneurysm at the bifurcation of the inferior pancreaticoduodenal artery. The visceral vessels were otherwise normal.
At laparotomy there was evidence of recent acute pancreatitis. The gallbladder appeared normal and contained no palpable stones. The bile duct also appeared normal. The pancreatic head was mobilized across the midline to the level of the aorta. There was a 2.5 em calcified aneurysm on the posterior aspect ofthe neck of the gland. The aneurysm was excised. The patient made an uneventful recovery and was discharged home on the 9th postoperative day. Histological examination showed the aneurysm to be of atherosclerotic origin.
Three months later she had a further attack of pancreatitis. Ultrasound examination on this occasion demonstrated multiple small gallstones. At subsequent cholecystectomy the stones were impalpable. Twelve months later she has had no further attacks of pain.
Discussion
Pancreaticoduodenal artery aneurysms are rare. The first reported case was by Ferguson in 1895 3 • The first successfully-treated case was reported in 1951 by Van Ouwerkerk4, who electively excised such an aneurysm. Twenty-three cases were reported up to 1977 5, and a further six cases have been reportedv".
Most aneurysms of the pancreaticoduodenal artery are atherosclerotic in origin and 65% present with rupture, which carries a mortality of 50%5.
Pancreaticoduodenal artery aneurysm has been described in association with recurrent pancreatitis and is considered by some to be a rare cause of pancreatitis'", In 1956 Hendrick! excised an aneurysm of the pancreaticoduodenal artery in a patient with recurrent pancreatitis; the aneurysm was noted to be causing pancreatic duct obstruction. Following excision of the aneurysm the patient suffered no further attacks of pancreatitis. In 1957 Catanzaro et ai. 2 described a similar case again with pancreatic duct obstruction. Excision of the pancreaticoduodenal artery aneurysm cured the patient of further pancreatitis. It seems that duct obstruction by the aneurysm caused pancreatitis in these cases. Harris et aL11 reported two cases of recurrent pancreatitis associated with pancreaticoduodenal artery aneurysm. The authors attributed these aneurysms to chronic pancreatitis and pseudo-cyst formation.
We believed that excision of the aneurysm in our patient would prevent further attacks of pancreatitis. This was not however the case and she developed a further episode of pancreatitis due to previously undetected gallstones.
We would recommend cholecystectomy at any operation on a patient with pancreatitis of whatever aetiology, even if no gallstones can be demonstrated. This will remove impalpable stones and will make it unlikely that further stones will develop. Cholecystectomy will also help to prevent subsequent confusion if the abdominal pain recurs.
